Accepted 21 May 1990 Case report A 41 year old man, a former iron ore miner, was admitted to hospital in August 1987 with a four day history of influenza like symptoms. Progressive systemic sclerosis had been diagnosed in 1979, and since then his only medication has been prednisone 5 mg daily and penicillamine 500 mg daily. A chest radiograph showed a left lower lobe infiltrate.
The white cell count was 12-3 x 109/1 (neutrophils 84%); blood urea was 7 3 mmol/l and serum lactate dehydrogenase activity was raised at 234 IU/l.
The patient was treated for a lower respiratory tract infection. He appeared to improve initially but then developed small haemoptyses, which became larger over the next few days in association with breathlessness, cyanosis, and respiratory acidosis.
His pulse rate was 1 10/min (regular) and blood pressure 140/80 mm Hg. Multiple ecchymoses developed on the face and trunk. A further chest radiograph showed extensive infiltrates in both lungs (fig 1) . The white cell count was 13 6 x 109/l (neutrophils 93%), haemoglobin 12 9 g/dl, and platelet count 399 x 109/1; the prothrombin time and activated partial thromboplastin time were normal.
Ten days after admission he developed a right pleural effusion. As the radiographic appearance suggested pulmonary embolism the patient was given 16 400 IU heparin over 11 hours. A sudden drop in the haemoglobin concentration, however, accompanied by severe respiratory distress necessitated transfusion and intubation, with aspiration of large amounts of fresh blood and old blood clots. A left sided tension pneumothorax developed, from which 650 ml of fresh blood was drained. The blood urea increased to 27-5 mmol/l and creatinine rose to 173 mol/l with the development of haematuria and proteinuria. Antiglomerular basement membrane antibody studies gave negative results.
The patient's condition continued to deteriorate with profound acidosis (pH 7 24). He died 13 days after admission.
Pathology At necropsy widespread ecchymoses were present on the head, trunk, and extremities. The pleural cavities together contained 1500 ml fresh blood. The right lung weighed 1450 g and the left 1880 g. There was extensive extrapleural and parenchymal haemorrhage with pleural and parenchymal fibrosis and bilateral honeycomb changes in both lower lobes. A localised area of early pneumonia was present in the right middle lobe.
Microscopic examination showed diffuse alveolar haemorrhage and extensive capillaritis in the form of neutrophil infiltration within alveolar septa (fig 2) . Occasional septa showed nuclear dust with foci of fibrinoid necrosis. Methods using immunofluorescence, peroxidase labelled antibodies to immunoglobulins, and electron microscopy failed to detect immune complexes within the alveolar septa. Other findings included interstitial fibrosis and multiple extensively calcified hyalinised silicotic nodules containing silica, haematite, and ferruginous bodies. Gram staining and culture gave negative results.
Typical changes of scleroderma were present in the skin, oesophagus, and colon. The skin contained a mild non-specific perivascular lymphocytic infiltrate with extravasation of red blood cells and ectatic blood vessels, consistent with scleroderma.
No neutrophilic vasculitis was seen in the skin or any other organ with the exception of the 
